Osteogenesis imperfecta is a clinically and genetically diverse disorder of connective tissue typified by unusually fragile, brittle, osteoporotic bones, but other connective tissues are also faulty. Bone collagen consists almost entirely of type I collagen which contains two genetically distinct a chains in a triple helical heteropolymer with the composition oal(f)2 x2. The genes for oxl(l) and x2(1) are located on chromosomes 17 and 7 respectively.'-3
The best clinical classification of osteogenesis imperfecta has been formulated by Sillence et a14 who recognise four main types. Molecular abnormalities include over-hydroxylation of certain lysine residues5 and defects in the structure of x1(l) or 22(1) chains of type I procollagen. 6 (fig 3b, c) 
